Delineating the hearing loss in children with enlarged vestibular aqueduct.
To explore the clinical characteristics and audiologic outcomes in children with enlarged vestibular aqueduct (EVA). Retrospective study in a pediatric tertiary care facility. A total of 54 cases (82 ears) of children with EVA were identified with complete records, including otologic evaluation, imaging studies, and audiologic assessments. The diagnosis of EVA was confirmed by computerized tomography scan/magnetic resonance imaging of the temporal bone. Hearing status was assessed using behavioral testing or auditory brainstem response (ABR). Tympanometry, acoustic reflex, and vestibular evoked myogenic potential (VEMP) testing were also performed when appropriate. Fifty-two percent of our EVA cases showed bilateral involvement, and 43% of all ears with EVA also had cochlear malformations, such as Mondini dysplasia. Sensorineural HL was initially diagnosed in 16 ears (20% of the total) with EVA whereas conductive or mixed HL was found in 66 ears (80% of the total). Further review of all EVA cases with sensorineural HL showed lack of proper bone conduction testing, so air-bone gaps were missed. Despite air-bone gaps in EVA ears, middle ear pressure and mobility were usually normal, along with present acoustic reflexes. VEMP responses were present with abnormally low thresholds. Air-bone gap(s) can be found in most ears with EVA if both air and bone conduction thresholds are properly tested. Normal tympanometry, presence of acoustic reflex and low threshold VEMP responses suggest that the air-bone gap in EVA is due to an inner ear anomaly, similar to the "third" labyrinthine window syndrome.